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AHHOTaums

B cratbe npuBeAeH KAMHUMUECKMIA CAydait 6oaesH DabpK y KEHLMHDI, XapaKTEPU3YIOIMMCS MYABTUCUCTEMHbBIM MOPAXEHUEM, MO3AHMUM Aebio-
TOM M NPEBaAUPYIOLLEA KAMHUKOM CEPAEYHON HEAOCTATOUYHOCTH. [10APOGHO OnmMcaHbl 0COGEHHOCTU AAHHOM MATOAOTMM C AKLIEHTOM Ha MHCTPY-
MEHTAAbHbIE MCCAEAOBAHUSI CEPAEUHO-COCYAMCTOM CUCTEMbI, A TaKXKE MPOAHAAM3MPOBAHO MPOrpeAneHTHoe TeueHne 6oaesnn Mabpu. AaHHoe
KAMHUYECKOe HAaBAIOAEHHNE UAAIOCTPUPYET BaXKHOCTb CEMEMHOMO CKPUHMHIA U AETaAbHOIO cOOpa aHaMHe3a, NMoKa3bIBAET NMPOLIECC KypUPOBaHMst
BPAYOM-KapAMOAOTOM OBAACTHOM GOAbHMLIBI NMALMEHTA C OP(haHHBIM 3a60AEBAHUEM B PEAABHOM KAMHUYECKO NMPAKTUKE, TEM CaMbIM MOBbILIAET
MH(POPMUPOBAHHOCTb POCCUIACKOTO MEAMLIMHCKOIO COOOLECTBA O AQHHOM MATOAOTUU.

KatoueBble caoBa: 6oae3Hb Dabpu, AU30COMHbIE BOAE3HM HAKOMAEHMS!, (PEPMEHTO3AMECTUTEAbHASI TEPANUsl, TMMEPTPOMUS MMOKAPAA AEBOTO
XKEAYAOUKA, OL-FaAaKTO3MAa3a, Lyso-Gb3, kAMHuueckui cayyait
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CASE REPORT

A little bit about sphingolipidoses in cardiology: a clinical case of Fabry disease

Artyom A. Vedernikov™"', Evgeny M. Mezhonov'?, Nikita E. Shirokov?, Alexandra M. Adamchuk’,
Valentina A. Balina'!, Oleg M. Reitblat', Valentina I. Larionova®*, Sergei V. Shalaev'?

'Regional Clinical Hospital N°1, Tyumen, Russia;

2Tyumen State Medical University, Tyumen, Russia;

3Tyumen Cardiology Research Center — branch of the Tomsk National Research Medical Center, Tyumen, Russian Federation;
“Mechnikov North-Western State Medical University, Saint Petersburg, Russia

Abstract

The article presents a clinical case of Fabry disease in a woman, characterized by multisystemic lesions, late onset and predominant clinical
picture of heart failure. The features of this pathology are described in detail with an emphasis on instrumental studies of the cardiovascular
system, and the progressive course of Fabry disease is analyzed. This clinical observation illustrates the importance of family screening and
detailed anamnesis, shows the process of supervision of a patient with an orphan disease by a cardiologist of a regional hospital in real clinical
practice, thereby increasing awareness of the Russian medical community about this pathology.

Keywords: Fabry disease, lysosomal storage diseases, enzyme replacement therapy, left ventricular myocardial hypertrophy, a-galactosidase,
Lyso-Gb3, clinical case

For citation: Vedernikov AA, Mezhonov EM, Shirokov NE, Adamchuk AM, Balina VA, Reitblat OM, Larionova VI, Shalaev SV. A little bit about
sphingolipidoses in cardiology: a clinical case of Fabry disease. Terapevticheskii Arkhiv (Ter. Arkh.). 2025;97(7):593-599.

DOI: 10.26442/00403660.2025.07.203352

Uncpopmaums 06 asropax / Information about the authors

“‘BeAepHMKOB ApTeM AHApeeBHY — BPaU-KapAUOAOT KapPAMOAOTU- “Artyom A. Vedernikov. E-mail: barterer55@yandex.ru;
yeckoro oTa-Hust N°2 TbY3 TO «OKB N°1». ORCID: 0009-0002-1297-5035
E-mail: barterer55@yandex.ru

MexxoHoB EBreHuin MuxaiAOBHUY — A-p MEA. HayK, BPAY-KapAMOAOT Evgeny M. Mezhonov. ORCID: 0000-0002-6086-4578
I'6Y3 TO «OKbB N°T», npod. Kad. KAPAMOAOTUM 1 KAPAMOXMPYPTHM

C KYPCOM CKOPOM MEAMLIMHCKOM MOoMOLLUM MHCTUTYyTa KAMHUYECKOM

meanumHbl OITEOY BO «TiomeHckuit TMY »

Linpokos Hukuta EBreHbeBuy — KaHA. MeA. HayK, Bpay Nikita E. Shirokov. ORCID: 0000-0002-4325-2633
YABTPA3BYKOBOM AMArHOCTMKM, Hay4. COTP. AaD. MHCTPYMEHTAAbHOM

AMArHOCTMKM HAYYHOrO OTA. MHCTPYMEHTAAbHbLIX METOAOB

MCCAEAOBaHMS TIOMEHCKOTO KapPAMOAOTMYECKOTO Hay4HOro

ueHTpa — pmanara OIbYH «Tomckmnit HAMLL»

Aaamuyk ArekcaHApa MHXalAOBHA — BPAY-PEHTIEHOAOT OTA-HMs Alexandra M. Adamchuk. ORCID: 0009-0008-6056-2183
AydeBon amarHoctnku F'bY3 TO «OKB N°1»

baAuHa BareHTMHA AAKCAaHAPOBHA — KaHA. MEA. HayK, 3aB. KapAMO- Valentina A. Balina. ORCID: 0009-0005-2586-9217
Aoruyeckmnm ota-Huem N22 TbBY3 TO «OKB N91»

TEPATTEBTUYECKMM APXMB. 2025; 97 (7): 593-599. TERAPEVTICHESKII ARKHIV. 2025, 97 (7): 593-599. 593



KAMHHUYECKOE HABAIOAEHME

https://doi.org/10.26442/00403660.2025.07.203352

BeeaeHune

Bonesup ®abpu (BD) - HacmencTBeHHOE X-ClielIeHHOE
HOMMITHUYECKOe 3a00/IeBaHNe C JOMUHAHTHBIM TUIIOM Haclle-
TOBaHNA C HETIOJTHOVI TeHeTPAaHTHOCTBIO Y JKEHII[IH, BXOZAIIee
B IlepedeHb OpGaHHbIX, OTHOCAI[EeCs K IM30COMHBIM 60/1e3-
HAM HaKOIIIeHN, 00YC/IOB/IEHHOE HapylleHeM MeTabom3Ma
cuHronunupos. OcHOBHOI XapakTepucTukoit b® sABngerca
ZepuUNT aKTMBHOCTM O-TaJTaKTO3MAA3bl A, OTILEIUIAIOLIEN
TepMUHAJIbHBIE OCTATKM Ia/laKTO3bL.

HepocrarouHocTb 3TOr0 pepMeHTa, 00yC/I0BIEHHAs OTHOM
U3 COTEH Pa3HBIX 10 3HAYMMOCTI MyTaruii B reHe GLA, BBI3bI-
BaeT HAaKOIUIeHNe CUHIONMIINOB B I/Ia3Me KPOBU U IN30CO-
Max pas3/MYHbIX TKaHell 4el0Be4ecKoro opranuama. OCHOBHBIM
HaKaIUIMBaeMbIM CUHIOIUIUOM SBJSIETCS ITIOOOTPUO3NITI-
nepamup (Gb3), HasbIBaeMBIil TaKOKe IepaMUATPUTEKCOTUOM,
u rno6orpuaosnncunrosut (Lyso-Gb3). B opranusme sgopo-
BOro 4yeroBeka Gb3, ABNAOIUIICA OTHIM U3 IIPOAYKTOB flerpa-
Jalyy SPUTPOLNTOB, PACIIEIIAETCS O-TalaKTO3MAA30it A Ha
JIaKTO3y M JIAKTa3MIIepaMup. Y deloBeka, cTpajaomiero bd,
Gb3 HakarmuBaeTcss B GOJBIIMHCTBE K/IETOK OPraHM3Ma, YTO
OPUBOAUT K HApyLUIEHWsIM (QYHKINII CepAedHO-COCYAVCTON
CHUCTeMBI, TT0Y€K, HEPBHOI CUCTEMBI, JKeTyLOYHO-KIUIIeYHOTO
TpaKTa, KOKI1, OPTaHOB 3pEHMs, CTyXa.

Myrauun GLA, BbI3bIBalol e IPaKTHYECKI Hy/IeBYIO (ep-
MEHTATUBHYI0 aKTUBHOCTb (<5% OT HOPMaabHOTO CpPeSHEero
3HAYeHN:), CBA3AHbI C TSAKENBIMU U PAHHUMY KIACCUYIECKM-
M1t eHOTHIAMY, OOTTee XapaKTepHbIMY /L1 MY>KCKOTO II071a,
KOTOpBIE XapaKTepU3YIOTCSA Pa3BUTUEM CMIITOMOB B € TCKOM
WY TOPOCTKOBOM BO3pacTe, a MIMEHHO — aKpOIlapecTe3mii,
HelfpomaTnyeckux Oojiell, TMIO- UM aruApo3a, HeIepeHOCH-
MOCTH YKapbl, X010Aa 1 GU3NIeCKOI Harpy3KU, BUXPEBUTHOI
KepaTOoIaTy, aHTMOKEPATOMBI, )KeTYOYHO-KMIIEYHBIX HAPY-
IIEHUII U IPOTeNHYypuu. B 3pesiom Bo3pacTe marjueHTH MOTYT
CTpajiaTh OT KapAMOMMOIIATUY, CEPAEYHOI HEOCTATOYHOCTH,
cTeHOKappyy (IpeMMYILIeCTBEHHO MMKPOBACKYIAPHON 1
BaszocracTnyeckon) [1], apurmmit, 670Kaj cepmedHON Ipo-
BOJMMOCTH, [TOYE€YHOI HEJOCTATOYHOCTH, MIOPaKeHus 6emo-
ro BellleCTBa rojgoBHoro Mosra (I'M), mepe6poBacKyIAPHBIX
HapylleHuil ¥ HepOCeHCOpHON TImyXoThl. Myrtanum GLA,
HPUBOJAIIME K OCTATOYHON (epMEHTATMBHON aKTMBHOCTH,
CBSI3aHBI C MO3JHUMY (PEHOTUIIAMY, KOTOPbIE BCTPEYAIOTCS B
OCHOBHOM Y >KeHIIMH ¥ XapaKTepU3yITcsA Pa3BUTUEM U3OTIN-
POBaHHBIX CepAeYHbIX, IIOYEYHbIX /WM LiepeOpOBacKyIIsp-
HBIX IIPOSB/IEHNIL.

IIpoBenmennsnit B CIIA ananus, Bkmovaoommit 5491 nanu-
eHTa c runeprpodueit nesoro xenygouka (ITDK) n/wmm ru-
neprpoduyeckoit kappuommornatrerr (FKMII), mpomremumx
CKpMHVHT Ha B®, BBIBIII PacIpOCTPaHEHHOCTD ITATOT€HHBIX
BapuaHToB GLA Ha yposHe 0,9% [2]. ITo ganubiM C.B. Mon-
ceeBa U c0aBT., [JTIDK HesACHOTO MpPOMCXOXKIEHMA NUATHOCTH-
poBaHa y 16 (8,6%) us 187 manuentos ¢ B® (y 4,3% MyxumnH
u 15,3% sxenmuHu) [3]. HegaBHO HalIM COOTE€YeCTBEHHUKI
IpUBENIM [aHHBble O B3POC/TbIX MAl[MEeHTaX, 0OCIeOBaHHBIX

B Kimmnuke pemaronorny, Hedponornm yu mpoQIaTonornmu
uM. E.M. Tapeesa ®TAOY BO «Ilepssiit MI'MY um. MI.M. Ce-
vyenoBa» (CeueHoBcKuit YHusepcurer) ¢ 2010 mo 2024 r., kap-
AVabHbI GEHOTHI YIIOMMHACTCS KaK PEKO BCTPeYalomuiicsa
BapuaHT BO - 16 (7,3%) n3 219 nauenTos [4].

OnucaHne KAMHM4EeCKOro CAy4vas

JKenmuna, 62 ropa, mony4yaeT hepMeHTO3aMeCTUTENBHYIO
teparuio (P3T) kaxzble 2 He B YCIOBUAX KaPAMOTIOTIECKO-
ro otaenerus Ne2 I'BY3 TO «OKB Nel».

OO6BeKTUBHBI CTAaTyC: OOllee COCTOSHUE YHOBIETBOPU-
TepHOe. HeCcKObKO yBenmueHsl TOFO0POOK 1 IyObl, BBICOKasI
nvHMs pocTta Boroc. VIHpekce Maccsl Tena — 33,8 kr/m”. KoxHbre
ITOKPOBBI YUCTHIE, (PU3MOTOTMIECKON OKPACKH, aHTMOKEPATO-
MBI He Busyanusupyorcs. [lepudepndecknx otekos HeT. Unc-
710 IbIXaTeNbHbIX BYDKEHNUI — 16 B MunyTY. Carypanus — 97%.
JIbIxaHNe Be3UKYLApHOE, XpUIIOB HeT. [lepkyTOpHO sieBas rpa-
HJLA OTHOCUTENIBHONM CepPAeYHOl TYIOCTM CMEIIEeHa Ha 2 CM
BJIEBO OT CPEAMHHO-KMIOUNYHOI MMHNN. [1y/IbC pUTMUYHBLI —
72 yn/muH. AprepuanbHoe fasineHne — 120/80 MM pr. cT. ToHbI
cepplia pUTMMYHbIE, ICHbIE, HECKO/IBKO YCUJIEH TIepBbIil TOH Ha
Bepxyuuke. lllympr ceppiia He BbicTymmBaoTcA. Iledens — mo
Kpalo pebepHOIt 1Ty, 6e360/1e3HeHHas.

W3 anammesa Oonesnu nayuenmxy. TOHSWIISKTOMMS B
1979 r. Ha ¢$oHe MOSIBUBLINXCSI HEAHTMHO3HBIX OOJIelt B IPy.-
HOII KJ/IeTKe, BBICTAB/IANACh PeBMaTH4YecKas 6OMesHb cepplia,
HPOBOAMIACH AHTUOMOTUKONPO(UIAKTHKA B IOC/TERYIOLINe
7 net. B manpHeiimem He o6cefoBanach. B Bospacre 42 ner
OTMeYaJICS] OfTHOKPATHBIN 91M30f HapyIleHNsA peyy, Ipu Mar-
HUTHO-pe30oHaHCcHOI ToMorpaduu (MPT) I'M nprsHakoB MH-
Cy/ZIbTa He BBIABJICHO, CO CJIOB MAaLMEHTKY, OOHAPy>XeHBI 04a-
ru B 6esroM BellecTBe Oe3 yTOYHeHNUs UX XapakTepa. B 2009 r.
IIOC/IE TIEPEHECEHHOI OCTPOJ PeCIMPATOPHOI BUPYCHONM MH-
¢dexunn BBIABICHO HMOBBIIIEHNE CKOPOCTU OCEAAHNs SPUTPO-
LUTOB 0 70 MM/4, M3MEHEHMsI APYIUX Ta00OPATOPHBIX ITOKa-
3aTenell OTPULAET, Creny(uIecKnx Xanob He NperbsBIsIa.
BbicTaBnAMMCh AMArHO3bI CUCTEMHOI KPacHON BOMYaHKH,
PeBMATOMIHOTO BACKY/IMTA; Ha3Haua/lach TepamusA INpegHM-
30/moHoM. [lanbl pekomeHpaunu obpaturscst B OTBHY «HUU
peBmaronorunu nm. B.A. HaconoBoit» (r. MockBa), rie fuarso-
3bl ayTOMMMYHHBIX 3a00/IeBaHUII CHATHI, OTMEHEHA Tepanus
ITIIOKOKOpTUKOCTepouaamu. B 2009 1. oTMedaeT HECKOIbKO
SMM30/I0B BBIPAXXEHHBIX 00MIell B CTYHMHAX («TOpe/y OTHEM»).
[TanmeHnTKka BCcerga cTpajjana MeTeo4yBCTBUTEIbHOCTDIO, JaH-
Hble 60N TaK>Ke MOXET CBS3aTh C IIepeMeHOlt morogsl. bomn
B [IUCTAJIbHBIX OTHEe/IaX KOHEYHOCTel BIUIOTH JO HACTOSILETO
BpeMeHM He nnoBTopsnuch. C 2011 r. B Bo3pacre 50 et Havyammu
6€eCIIOKONTD OfBIIIKA VI HEAHTMHO3HbIE 6O/ B TPYAHOI KITeT-
ke. B 2022 r. Ha ¢one puarHocTuposanHOi B® y cbiHa mpo-
BeJIeHO MOJIEKY/ISIPHO-TeHeTUIeCKOe MCC/IelOBaHNe, BbLABIIe-
Ha MyTaius c.88A>T, mossimenne Lyso-Gb3 go 10,9 ur/mn
(pedepenc - 0,05-3 Hr/mi), a-raakrosugasa B Hopme — 5,2
(pedepenc - 0,8-15). C 18.07.2022 mo 28.08.2022 Haxopmm-
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TabAnua 1. dxokapamnorpacpryeckas AMHaMMKA y MaUMeHTKU
Table 1. Echocardiographic dynamics in the patient

Puc. 1. KT or 18.04.2024, Bnepsble 3achnkcupoBaHo
ykopoueHue uHtepBara PQ/PR <120 mc.

Fig. 1. ECG from 04/18/2024, shortening of the PQ/PR
interval <120 ms was recorded for the first time.

7Iach Ha CTaIlIOHApHOM JiedeHun B KimHuke peBmaronorumu,
Hedponoruu u npodnaronoruu um. E.M. Tapeesa ®TAOY BO
«Ilepbiit MTMY um. .M. CevenoBa» (CedeHOBCKMIT YHU-
Bepcuter). MPT I'M ot 24.07.2022: MUKPOAHTMONATHS, yMe-
peHHOe KOJMYeCTBO 04aroB; OONE3Hb MENKMX cOCYyHoB I'M;
Fazekas 1; koMIpeccus IpaBbIX BEHTPO-/IaTepanbHbIX OT/ENIOB
CTBOJ/IA IPaBOii TO3BOHOYHOI apTepuu. OCMOTpEHa BpayoOM-
odranbmonoroM, BepuduIMpoBaHa BMXPeBUHASA KepaTola-
Tis. JrarHos b® coMHeHNIT He BBI3BIBAIL, @ YUNTbIBAsI KIMHA-
YecKyie IPOsIB/IeH st O0/Ie3HN, PEKOMEH/JOBAHO HAYaTh TEPAIINIO
arajicuasol-B ¢ 9acTtoToit BBefeHus 1 pas B 2 Hef IO XM3-
HEHHBIM IIOKa3aHNMAM. ApTepHanbHas IMIEPTEH3USA OTMeda-
eTcsl AuTenbHO. ITocToAHHO MpMHMMaeT 103apTaH 50 MI/cyT,
topacemuy, 10 Mr/cyT, sriepeHoH 50 Mr/cyT, manarnudrosus
10 mr/cyT, posyBactaTus 40 Mr/cyT, a3etumn6 10 mr/cyr, 6u-
CONIPOTION 5 MI/CyT, alleT/ICAaTULUIOBYI0 KucinoTy 100 mMr/cyT.

BoimonHeHa KopoHapoaHruorpadgus ot 15.11.2022: are-
POCK/IepO3 KOPOHapHbIX apTepuit 0e3 3HAYMMBIX CTEHO30B.
C 21.11.2022 B ycnoBMAX KapAMOIOIMYECKOrO OTHe/eHms Ne2
I'bY3 TO «OKB Nel» nanunuposana O3T. Bce nocnenyromnie
nHpysun GepMeHTO3aMeCTUTENBHOrO IIperapaTa, BBOLMMO-
ro 4epes uHpysoMaTr M cucteMy C (QUIBTPOM, MEpeHOCHIA
YHOBNIETBOPUTENIbHO. Bo BpeMs ovepefHON rocnmTanmsanyun
13.10.2023 manyeHTKa IpefbsABUIA )KaIoObl Ha IPOTPecCUpo-
BaHMe OfIBIIIKY PY GU3NIECKOIT aKTBHOCTH, OABIEHNE OTe-
KOB JIMIja B yTPEHHME Yachl. XONTEPOBCKOE MOHUTOPUPOBAHNE
snexTpokappuorpammsl (KT') ot 16.10.2023: put™ CHHYCOBBIIT
52-129-64 yn/MuH, nomuMopdHas KemyJo4KoBas SKTOIMIJe-
CKas aKTMBHOCTD B Bufie 2458 OIMHOYHBIX 1 9 MMapHBIX 9KCTpa-
CHUCTOJI ¥ HEYCTOIMBAA KEMYyNOUKOBAsl TAXUKAP/MA C BbICOKOIA
YaCTOTOI CepAeYHbIX COKpauteHnii (2 smmsona) no 130 yn/mMun
" 0611ell ATIUTETBHOCTBIO 6 C, 4 IPOOEXKN TIpefiCepiHOI TaX1-
Kapauu, yIauHeHre koppuruposanHoro QT-unHrepsama. MPT
cepAla ¢ BHyTPUMBEHHBIM KOHTpacTupoBanmeM ot 21.10.2023:
MexoKenyfoukoBas meperopopka (MIKIT) — go 20 mm, 6okoBas
cTeHKa — 27 mM. TonmmyHa cTeHoK mpasoro xenygouka (IDK) -
1o 9 mm. Ilonepeunslit pasmep IDK B iuactomny - 79x32 mm. ITpo-
ponbHblt pasMep IDK - 63 mm. @pakiysa Beiopoca (PB) - 64%,
Macca myokapaa JDK - 235 r. Ha mocTKOHTpacTHBIX u306pa-
JKEHNAX yYacTKOB 3aMeJICHHOTO BBIMBIBAaHMS KOHTPAacTHOTO
BewjectBa (KB) He BBIABIEHO. 3akmoueHne: MP-kapTuHa cum-
MeTpM4HOII runepTpoduu Muokapaa JDK; creHo3 aopranbHOro
K/IallaHa; CpefHASA CTelleHb aOpTa/lbHOI PerypruTalyu; KTa-
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ITokasarenn 12.04.2022 16.10.2023 09.08.2024
JIIT M/B-pexxnm, MM 43 45 48
MIXKII, mm 13 15 19
3CJDK, mm 12 13 20
VIMMIDX, r/m? 113,6 167,0 209,72
GLS, % - - 12,2
CIJIA, MM PT. CT. 28 27 44
ITVKOBBIN TpafiIeHT

BTJI)X B mokoe, 43 36 50,5

MM PT. CT.

ITpumeuanue. 3C JIK - 3apusas crenxa JIK, CIIJIA - cuctonmyeckoe
nasnenue B JIA, BTJDK - Boixopnoit TpakT JDK.

3us1 cTBOIA JTero4yHou aprepun (JIA), pacumpenne Betseit JIA;
MHTpaMyOKapayanbHoro ¢pubposa Ha MOMEHT MCC/IEJOBAHNA
He HomydeHo. ITanyeHTKa KOHCY/IBTHMPOBAaHA CepfiedYHO-COCy-
IMUCTBIM XUPYPIOM, IOKyMeHThI HarrpasieHsl B PI'BY «HMUIL]
M. akapn. E.H. Memankuna» [ onpeneneHns galbHeIIeNn
TaKTUKM BefleHMsA u nedenus. Ilomyden orser 24.10.2023: mo-
Ka3aHNA K oIepanuy MuosKTommuu myTtu ortoka JDK comunm-
Te/IbHBI, NPOROLKNUTh CreluUIECcKy0 Tepanuio 3abojeBa-
Hus. Ilomyyennsr pesymprarel u3 OIBHY «MI'HIJ mm. akap.
H.II. BoukoBa» 26.10.2023: Lyso-Gb3 nosbiurena — 5,04 Hr/min
(nopma - 0,05-3 Hr/mm); 18.04.2024 BepBble 3adUKCUPOBAH
PQ/PR menee 120 mc (puc. 1). MPT ceppia ¢ BHyTpUBeHHBIM
KOHTpacTypoBaHueM ot 19.05.2024: MOKII - no 20 MM, 60okoBast
creHka — 10-12 mm. Koneyno-guacrommuecknit pasmep JDK -
45 MM, KOHe4YHO-cuctonmdeckuii pasmep JIK - 26 MM, npopionb-
uolit pasmep JDK - 97 mum. Tommmnza creHok IDK - o 4-5 My,
OB - 74%, macca muokappa JIK - 287 r. Ha mocTKoHTpacTHBIX
M300paXKEHIAX OIPefe/AI0TCA MHTPAMIOKAPAaIbHbIe Y4acT-
KU 3aMefjIeHHOro BbiMbIBaHus1 KB 1o 60koBoit creHke JDK Ha
YPOBHE CpefIHETO U anyKanbHoro cermeHTa, MOKII anmkanbHo
COOTBETCTBYeT 30HaM (GMOPO3HBIX M3MEHEHMII. 3aK/IIueHMe:
MP-kapTrHa acuMMeTpudHOI rurneprpouy Mmmoxappa JDK
¢ mpusHakaMu GMOpPO3HBIX M3MeHeHMiT. CTeHO3 aopTalbHO-
ro KjaIaHa, a0pTajbHAsA Peryprutanys 1-ii cremeHu. OKTa-
3ua crBona JIA, pacmpenne Betseit JIA. B ®IBHY «MI'HIJ
uM. akaj. H.II BoukoBa» 30.07.2024 ompeneneHa KOHI[eHTpa-
1y Lyso-Gb3 - 4,27 ur/mn (HopMa — 0,05-3 Hr/mi). InHaMuka
TabOPaTOPHBIX MCCIENOBAHNIT IIPEACTAB/IEHA B BUfie IPadMKOB
(puc. 2, a, b). Taunusie sxoxappnorpaduu (OxoKTI') 3a 2 roga Ha-
6/I0TeHIsI TIPENCTAB/IEeHbI B TA0I. 1.

Ocmotpena odransmonorom 15.08.2024, momMmmo Bux-
PEBMAHON KepaTolaTmy BBLIB/IEHA HadajbHas CyOKamcy-
nsipHas KaTapakrta ®abpu. B mmaHoBoM mopsiKe 0cMOTpeHa
16.08.2024 HeBpO/IOTOM, BbIIB/IEH HEKOTOPBIII TUIIEPKUHE3 T -
L[eBBIX MbIII 1 1oroHeBpo3. MPT I'M: MP-kaptuna ocrporo
nmakyHapHoro nHgapkTa M B 6acceliHe IleHTPa/IbHBIX BETBEl
3ajiHelT MO3rOBOIT apTepuu cieBa (eBbit Tamamyc). Ovaru B
6e/1oM BellleCTBe, BepoATHee, COCYAUCTOTrO TeHe3a (MMKpOaH-
ruomnarust), Fazekas 2. BoicTaB/ieH ;1arHo3: IepUBEHTPUKYILIP-
Has JIeiiKopucTpodus; yMepeHHas KOPTMKajbHas aTpodus;
JIaKyHapHbIil MIIeMIYeCKUil MHCYIbT B OacceilHe JIeBOII 3aji-
Hell MO3TOBOIT apTepyy (aCMMITOMHBIIT), HEY TOYHEHHOI! JjaB-
HocTy. HasHaueHa ABOIHAA aHTMArperaHTHAs TepaIus.
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Puc. 2. Annammka AabOpaTOpHbLIX NOKa3areAei y MauneHTKM:
a — AHaMMKa MOYeYHbIX MoKasaTeAen y NaumeHTKu;
b — AMHaMMKa CepAEHHbBIX MAPKEPOB Yy MaLMEHTKM.

Fig. 2. Dynamics of laboratory parameters in the patient:
a — dynamics of renal parameters in the patient; b — dynamics
of cardiac markers in a patient.

W3 cemeiinozo anamnesa. Matb ymepina B Bo3dpacte 82 jieT,
orer] — B 37 JIeT B CBA3M C OHKOJIOTMYECKUM 3a00/IeBaHMEM.
CbIH nanyeHTKN: B 1989 . B Bo3pacte 5 neT MaHudecTUpoBa-
7t 607U B HYDKHVX KOHEYHOCTSIX, IPEMMYIIECTBEHHO CTOIIBI,
Ha (OHe 3MU30[0B IIOBBIIIEHN TeMIieparypbl Tema. C Kax-
IBIM TOZIOM B3POCTIEHNA SIU30/bI 60JIel yJallalich, JUCTAb-
Hble OTHE/Bbl HOT «TOpeM OTHEM, BBIBOPAUMBANIO OT 6ON».
BoicTaBnAnCAa [MAar€Ho3 «IJIOCKOCTONME». AHanmM3bl KpOBU
He nMerm ocobeHHocTeit. B 2017 . B Bo3pacrte 33 jer BbIAB-
JIeHa MacCUBHas IPOTeMHypuA. 3a IIOMOIIBI0O He oOpalai-
cs1. CToVKMil 9MM307, MOBBILIEHNA apTEPUANBHOIO JABIEHNUA
08.03.2020, 17.03.2020 xpeatuHuH cocTaBua 1500 MKMOIB/II.
C mas 2020 r. - nporpamMmMHbIil remopuanus (r. Hosbpbck), B
2022 1. IpoBeieH CENeKTMBHBI CKpMHUHT Ha BO, myTtanmsa
noatBepxeHa. Havara nHQy3noHHas Tepamnus aracuaason-p
¢ yacToToll BBefleHMUA 1 pas B 2 Hep. I[IpoBeniena TpaHcnIaH-
TalysA TOYKM OT ymepuiero goHopa 14.02.2023, a 15.04.2024
Ha (OHe NPMCOEAVHYBIIETOCSA CENMTUYECKOrOo IMpoIlecca ChIH
nanMeHTKy ymep. EcTb [aHHbBIe, YTO Ha ayTOICHMU MMeNAch
runeprpodust Mmoxappa. ITanyeHTKa KaTeropmdeckum OTpH-
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Puc. 3. TenearorMueckoe APEBO NaLMEHTKM.
Fig. 3. Genealogical tree of the patient.

1laeT HaJM4Me AHTMOKEPATOM Y CbIHA, BO3MOXKHO, UIMEIOT Me-
CTO €IVHMYHbIE KOXXHBIE 3/IEMEHTBI B IPUKPBITHIX OJEXIO0M
Mecrax. ChlH IALMEHTKM MMeN ABYX cbiHOBel 2007 u 2011 1.
POXXIEeHNUA, YTO UCK/II0YaeT BO3MOXKHOCTb HOCUTEIbCTBA TeHa
X-cueneHHoro 3aboneBaHnsA y Maab4MKOB. MIafmias cectpa
MAIVEeHTKN: IallleHTKa IOMHUT BbIpa)KeHHbIe 60/ B HOrax
y CBOeJl MJIajilIell cecTpbl, KOTOpble MaHN(peCTUpOBaIN IpK-
MepHO B Bospacre 5 et . B 2003 . B BospacTe 38 neT nepenecna
IIepBbIJI MHCYNIBT, B Bo3pacTe 48 jeT — moBTOpPHBIA. B 2022 1.
Ha (oHe AyarHocTHpoBaHHOM b y pogHOIT cTapiIell cecTpbl
¥ IVIEMAHHUKA TIPOBeJieH reHeTnuecknii TecT Ha b®, myTanusa
MOATBEPXK/ieHa. YUUTbIBAs KIMHUYECKMe [IPOsBIeHNs 60res-
HI1, HayaTa perynapHasa O3T. Vimeer aByx pereit (cbiH 1987 n
moub 1995 I. poXK/IeHNA), CBIH CeCTPHI — IBYX AeTell (foub 2012
n cbiH 2019 . poxpenns). O COCTOSHUM 3[OPOBbS feTell 1
BHYKOB CeCTpa MalyeHTKu He coobiaer. Ha JaHHbBIT MOMEHT
B® y cectprl nposBnseTca MacCUMBHOI IPOTEMHYPUEN, CKO-
pocts kiy6oukoBoit ¢punsrpanym (CKP) mo nucraruny C ot
23.07.2024 - 29,1 mi/MuH/1,73 M* TeHeanornueckoe fpeBo na-
LIMEHTKY NPENCTABIEHO Ha pHC. 3.

O6cyxaeHne

Iuarnos B® ycraHaBnuBaeTcA Ha OCHOBAaHUM HAINYUA
TIaTOTeHHON MyTanuy reHa GLA B co4eTaHUM CO CHYDKEHVEM
aKTMBHOCTM O-TAJAKTO3MAA3bl A (y MY>XUMH), IIOBBILICHNEM
comepxanus Lyso-Gb3 B BBICYLIEHHBIX IATHAX KPOBU U/MIN
0 KpaliHeil Mepe OJHOrO TUIIMYHOTO IPOsBIeHMs 3a00IeBa-
Hus (Herporatudeckast 60/1b, AaHTMOKEPATOMBI V1 BUXPEBU/HAS
KepaToIaTysi).

B HacTosIIee BpeMs [/ AMATHOCTUKY HOPaXXeHN CepALa
npyu B mmpoko ucnonssyercst MPT. ITDK sBnsercst Hanbo-
7ee pacIpOCTpaHEHHBIM CTPYKTYPHBIM M3MEHEHMEM, 3ape-
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CASE REPORT

Puc. 4. MPT cepaua naumeHTKH. HeTbipexkamepHoe cepale

MO AAMHHOM ocu. [1o3AHee yCHAeHMe raAOAMHMS OTPAXKAEeT
3aMeCTUTEeAbHbIN (PMOPO3 1 MomMoraer AnpdrepeHLpoBaTL
Kapanommonatuio b® ot uwemmueckoin n aApyrmx FTKMI1.

Ha nocTKOHTPACTHBIX M306PAKEHMSIX CTPEAKAMM MOKa3aHbl
MHTPAMUOKAPAMAAbHBIE YHaCTKU 3aMEAAEHHOTO BbiMbiBaHus KB.

Fig. 4. Cardiac MRI of the patient. Four-chambered heart in
long axis. Late gadolinium enhancement reflects substitution
fibrosis and helps differentiate FD cardiomyopathy from
ischemic and other hypertrophic cardiomyopathies. In post-
contrast images, arrows indicate intramyocardial areas of
delayed contrast washout.

TUCTPUPOBAHHBIM ITpy B®. V manueHToB NpenMyIecTBeHHO
Habmonaerca KoHLeHTpudeckasa ITDK ¢ runmeprpodueit na-
IIVJUIAPHBIX MBI B Hayase, a aCMMMETPUYHAasA I'MIIEPTPO-
¢dust ¢ Tpy6o YTOIMIIEHHOI [EPErOPOLKON IO CPAaBHEHUIO C
HIDKHEOOKOBOII CTEHKOJ pasBMBAETCS Ha IO3JHUX CTafu-
SIX — 3aMECTUTE/IbHbI (1OPO3 BbI3bIBAET UCTOHYEHIE CTEHKN
nocnenHeit. lo 50% nanuentos ¢ 5® npu MPT 6yayT umeTn
[pU3HAKY KOHTPAaCTMPOBAHMS MMOKapha 06a3ajpHOrO cer-
MeHTa 3agHe60koBOI creHku JDK B orcpouennymo dasy [5].
V Halueit naryeHTK HabII0IaeTCs 3aMei/IEeHHOE BhIMbIBAHME
KOHTpacTa 1mo 6okoBoii crenke JDK Ha ypoBHe cpexHero u
anmkanbpHoro cermenToB, MJKII anukansuo (puc. 4, 5, a, b).
Taxxe B cmydyae HatumBHOro T1l-xapTmpoBammsa npu B® ot-
MedaeTcsi 3HA4MMoOe CHIDKeHNe I7obanbHoro T1-Bpemenn
penakcanuy, 94To 06yC/IOBIEHO HaKOIIEHNMEM ITIMKOCHIHIO-
mnuroB B Kapanomyonurax. IIpu T2-xkapTupoBaHuu noBbi-
meHre T2-BpeMeHN pelaKcanuy OTMeYaeTcs M30/MIMPOBAHHO
B 3agHe60KoBoM cermenTe JIK, e yame Bcero npu b® BbI-
SIBJISIETCSA OTCPOYEHHOE HAKOIUIEHVE TalO/IMHMIICOepyKallero
KOHTpacTHOro npenapara. [lopbimenne T2 B faHHOM cerMeHTe
OOBSCHSAETCSI 04aTOBBIM OTEKOM MMOKAP/a, a OH, B CBOIO O4e-
penb, cBsa3aH ¢ aHoManuaAMu Ha OKI, KoTopble MOTyT IPOBO-
LIMpOBaTh apUTMUM, BK/IIOYas M3MeHeHHbIl1 uHTepBan PQ/PR,
6mokagy HoXek Imyduka Iuca m ymnuHenme murepsana QITc.
JlaHHBII OTeK 1 BBIOPOC BBICOKOUYBCTBUTE/IBHOTO TPOIIOHNHA
y nmauneHToB ¢ b® cBA3aHBI MMEHHO C JIOKA/TbHBIM BOCIaJIe-
HUeM MMOKapaa [6].

Wsmenenue pmutenpHOCTM MHTepBana PQ/PR mapapy c
rureptpodueit MIMOKapAa AB/IAETCS ORHUM 13 TATOTHOMOHNY-
HBIX [IPU3HAKOB 0O/Ie3Helt HAKOIUIEHVS B 1€IOM, B YaCTHOCTHU
npu B® npoucxopuT yckopenue nposefenus no AB-coennHe-
HIIO B CBSI3Y C aKKyMY/IALMEN COUHTOIUITN/IOB B IIPOBOJAIIE
cyucTeMe cepplia. YKOpoueHMe BpeMeH) IIPOBefleH N MITY/IbCa
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a 21.10.2023 b 19.05.2024

Puc. 5. MPT cepAua naumeHTKu. AByxkamepHoe cepaue

no KOPOTKOM OCH: @ — Ha MOCTKOHTPACTHbIX M300PaXKEHMsIX
OTCYTCTBYIOT O4aru 3aMEeAAEHHOTO BbiMbIBaHUs KB;

b — Ha NOCTKOHTPACTHBIX M300PaXkeHUSX B AMHAMUKE
OMPEAEASIOTCA MHTPAMMOKAPAMAAbHbBIE OHYarn 3aMEAAEHHOTO
BbiMbIBaHMs1 KB (yka3zaH cTpeAkon).

Fig. 5. MRI of the patient's heart. Two-chambered heart
along the short axis: a — post-contrast images show absence of
delayed contrast washout foci; b — the dynamic post-contrast
images show the appearance of an intramyocardial focus of
delayed contrast agent washout (indicated by the arrow).

CIIOCOOHO MYMUKPMPOBATH HOJ, CMHAPOMBI Bobda-ITapkuH-
coHa-Yaitta u Knepka-JleBu-Kpucrecko, 4To Mo>xeT mpuse-
CTM K HEBEPHOIT TAaKTUKe BefieHus IaryeHTa [7].

Hawnbonee copepxxarenpHas MOp(OQPYHKIMOHAIbHAS Xa-
paktepuctuka b® npu nposemernu IxoKI, Ha Hamr B3IILAA,
npencrabneHa R. Lillo n coaBr. YacTo BBUMAIY KOHIIEHTPM-
veckoit [JDK B coveranmu ¢ rumeprpodueil manmusipHbIX
MBIIIL] BCTPEYaeTCsl AMHAMUYECKash OOCTPYKINSI BBIBOJXHOTO
TpakTa u cpegHeit yactu monoctu JDK. V36pITouHOMY Hako-
IIEHNIO COUHTONNIIOB MIOf{BEP>KEHBI KOPEHD Y BOCXOMISIIAS
9aCTb aOPTBI, YTO IPUBOAUT K ee gunararyn [8]. IlogBeprkeHsr
YTOMILEHNIO CTBOPKM aOpPTa/JbHOTO M MUTPAIbHOTO K/IallaHa,
OfIHAKO TeMOAMHAMUYECKY 3Ha4MMble MOPOKU (POPMUPYIOTCA
TONBKO y 15% 6ombHbIX [9]. IIpy oljeHKe pernoHanbHO fe-
¢dopmanun mnokapaa JDK Hanbosnee 4acTo BbIAB/ISAETCS yrHe-
TeHNe KOHTPAKTI/IbHOCTY 6a3a/bHBIX 3afHEOO0KOBBIX OT/IEIOB
JDK. O6Hapy»eHbI KOppeALuy C IOKaNIu3anyell U CTeleHbIo
¢dubposa JUK, Berasnenssivu mpu oMoy MPT [10]. Iuacrto-
nmmdecKas AMCQYHKIUSA, TOBBIIIEHNE AaB/IeHNs 3al0/THEHUs
JDK, camkenne nedopmanyu ¢dasbl pesepByapa JIeBOTO Ipefi-
cepaus (JIII), punaranus JIII BcTpevatoTcss Hamboree 4acro.
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Yka3zaHHbIE M3MEHEHVsI CBSI3aHbI KaK C HECIIOCOOHOCTDBIO MIO-
kappa JIDK k ajlekBaTHOMY PacTAXeHMIO, TaK U C HAKOIIEH/EeM
[IMKONIUIIMAOB B Muokappe JITT [8].

B mpezcTaBeHHOM HaMU Cly4yae BbIpa’keHHas IIUMPKY/Ap-
Has [JDK npuBopuT K AMHaMI4YEeCKOl 06CTPYKIUY BBIBOZHO-
TO TPaKTa, CpefHel u anmukanbHoi dacreit JDK. Ob6paraer Ha
cebs BHMMaHMe COYeTaHMe C/IOKHBIX IOPOKOB a0PTaIbHOTO 1
MUTPA/TbHOTO K/AllaHa, OTCYTCTBUE AVIaTaliuy aopThl. Bepo-
SITHO, IPMOGpPETEHHbIE TOPOKNM 3HAYNMO BIVSIOT Ha MOpgo-
(YHKIIMOHA/IPHOE PEMOJe/TUPOBAHIIE JIEBBIX OT/IE/IOB, IO3TOMY
yKasaHMe Ha XxapaKTepHble i1 B® 0cO6eHHOCTM 1O JaHHBIM
9xoKI saTpyznHeHoO.

K akcTpakapAuanbHBIM «KPacHbIM (praraM» y IaliVeHT-
KI MOXXHO oTHecTu: B 2003 T. Ha pOHe OHOKPATHOTO Hapy-
meHuA peun (IPeAIoNoKUTeNbHO, TPAH3UTOPHASA UIeMIde-
cKas araka) oOHapy>keHbl odary B I'M, BeposATHO, HOCsIIE
BTOPUYHBINl XapaKTep M CBA3aHHbIE, BOSMOXKHO, C «TUXUMU»
nHbapKTaMu; HETUIIMYHBIN SIU30[ HePOaTIIeCKoil 60/ B
2009 r.; BuxpeBupHas Kepatomnarus B 2022 1., karapakra ®a6-
pu B 2024 r.; mpoTenHypus B 2022 1.; B 2024 r. BepuuumupoBaH
JTAKYHapHBIVI MIIEMWYECKNUII MHCYNIBT; OTATOIEHHBIN ceMeli-
HBIJl aHAMHES.

K ceppeunsiM «kpacHbIM (rraram» B® orHecem: rumepTpo-
¢uro mrokapza JDK ¢ HOpMasIbHOI CUCTONNIECKOIT QYHKIIMETT,
YTOJIeHNe MUTPATIbHOTO ¥ A0PTa/IbHOTO K/IallaHa C JIETKOM 1
YMepeHHOJ! perypruTaiueil, MMelolecs y MalMeHTKN elle B
2022 r.; ykopouenne uHTepBana PQ/PR u cHibkeHMe 1106a1b-
HOJ1 IIPOZONBHOI ieopMariy, pacivipeHyie KOPHs aopTsl (o
37 MM), 06Hapy»KeHHbIe B 2024 T.

BepositTHO, 3amtofo3puth B® 661710 BO3MOXKHO eirje B 2003 .
[PV BHUMATEIbHOM COOpe CeMefHOro aHaMHe3a M JJO/DKHOI
OCBEJIOMJIEHHOCTY Bpadell, KOTrfia MalyieHTKa IiepeHec/ia TpaH-
3UTOPHYIO MIIEMIYECKYIO aTaKy, a y ee M/IAfilIell cecTphbl He-
3aJI0IT0 IO 9TOTO BIIEPBBbIE Pa3BIJICA MHCYIBT B ellje Goree
paHHeM Bo3pacTe. BapyaHT OCTaHOBKY [JMarHO3a ¥ MHUIMA-
LMY JIe4eHN, KOTZIa Y ChIHA ITALIMEHTKN B BO3pacTe 5 JIeT MaHU-
(ecTHpoBaNM aKpomapecTe3ny, HEBO3MOXKEH, TaK KaK JaHHasA
CUMIITOMAaTMKa Havyanach B 1989 r., a nepsoii B rene GLA yeno-
BeKa OIlMcaHa MyTaluus 1066C-T Taxxe B 1989 1., cneul/{(’pr/me-
CKOIt Tepanmuu He cyuiecTBoBano. TpysHoctu B suddepenun-
AJIbHO IMAaTHOCTMKE PeBMATO/IOTM4YeCKOro xapakTepa rpu b®
oTpakeHbI B ITybnukanyy Hammx kojer [11]. Tlocnenytommee
IIOCTEIIeHHOEe IOSIB/IeHNe KIVHNYECKNX CUMIITOMOB M XapakK-
TEPHBIII aHAMHe3 MOI/IN ObITb pacCMOTpPeHbI Ha peametr BO B
6071ee paHHME CPOKIL.

ITporHos B® B oTHOLIEHMM IEPCIEKTUBBI BbI3[OPOBIIE-
Hust HeOmaronpusitHbiit. S. Waldek n coaBt. npuBoasT fanHsle,
B COOTBETCTBMM C KOTOPBIMM IIpefIosnaraeMas IpOJO/KIU-
TeJIbHOCTDb KM3HY Y MallMeHTOB MY>KCKOTO II0JIa COCTaBIAeT
40-60 ner, y >xeHmuH — 40-70 net [12]. IIpornos mnd >kxusHu
BO MHOT'OM 3aBJCUT OT CBOEBPEMEHHOCTH BepUpUKALN fua-
THO32 VI Ha3HAYeHM: JIeYeHU .

CospmaHo MenMKaMeHTO3HOe jledyeHne b®, a uMeHHO araj-
cnpasa-a u P, a TakKe HOBas LianepoHHas Tepamus (Mura-
J1acTar), IoKa He ofobpeHHas Ha Teppuropuu Poccmitckoit Qe-
neparuu. Haxopmures B pa3paboTke He MeHee YeThIpeX APYIUX
IIperapaToB Ha pasHbIX (as3ax KIMHUYECKUX MCCIeTOBaHNI, B
TOM YMC/Ie [IePOPAJIbHBLI MHIMOUTOP IIIOKO3MILIepaMUCHH-
Ta3bl, IpeIaraonili MOTeHIMa/JIbHO HOBBIN IIOAXON K JIede-
Huio bO [13].

OnbpIT IpYMeHeHNs JAaBHO IPeNCTABIeHHbIX Ha MUPOBOM
PbIHKe arajcujasbl-a 1 B ecTb 1 B Haweil crpane. I1o faHHBIM
A.C. MouceeBa 1 C0aBT., 10 BbI6OpKe U3 29 mauneHToB ¢ b,
nonyyaromux gmurensHo 3T (MeguaHa 5 71eT), MHAEKC Mac-
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co1 Muokappa JDK (MIMMIDK) cuusuncs ¢ 96,0 o 77,0 r/m?
(p<0,01) [14].

Y Hauieif HaMeHTKM MBI BUJUM IIOJIOKUTETIbHbI Hed-
ponpoTekTuBHbII 3¢ dexT (CHMKeHMe YPOBHA MUKPOanbOy-
MWHYPUN, CTaOVIbHBIN ypoBerb CK®); cm. puc. 2, a; Ho, He-
CMOTps Ha 3T0, npoucxoaut ysemudenue VIMMIDK, a raxxe
HaTpUIypeTN4ecKoro IenTusa 1 Tpornonuxa I (cum. puc. 2, b),
YTO, IPEJIOTOKIUTE/IbHO, TOBOPUT O NPOJO/KEHUM HaKOIIe-
HUSL CQUHTOMMINMAOB ¥ BOCHATEHMsI B MIOKAapAe, KOTOpbIe
BeflyT K IPOTPEeCCUPOBAHUIO CEpIeYHOI HEJOCTaTOYHOCTU
¢ coxpanenHot ®B. ITospimennpnit IMMIDK - opuu u3 go-
CTOBEPHBIX MIPENUKTOPOB JIETATBHOTO MCXOfA M KOMOMHUPO-
BaHHOM KOHEYHON Touku, mo maHHbiM C.B. MowceeBa 1 co-
aBT. [15]. IIporpeccus yronmenus MXKII ¢ popmmpoBannem
3HAYMMOI OOCTPYKLMY BBIHOCSIIETO TPAKTA, @ TAKKe COMHe-
HUS CIIENMINCTOB (pefiepabHOrO IeHTpa B I[elecO0OpasHo-
CTH CEeNTa/JIbHON MIOSKTOMMI ITOATOIKHY/IV JIeYalllero Bpada K
MYNbTUAVCHUIUIMHAPHOMY KOHCI/INYMY, Ha KOTOPOM pelLIeHO
HPOBECTY CIMPTOBYIO CENTaNbHYIO abIaIuIo.

3akAloueHune

B® oTHOCUTCS K pefKuM 3ab0/IeBaHNUsAM U3 TPYIIIIbI 60/1es-
Hejl HaKOIUIeHMsI, XapaKTepU3yeTCs IeTepOreHHOCTbIO KIMHMU-
4eCKUX [IPOSIB/IEHNII laXKe B PAMKAaX OffHOII CeMblt, ie0I0THpyeT
B Pa3HBIX BO3PACTHBIX IE€PHOJAX, XapaKTepu3yeTcs HecHeln-
(UYHOCTPIO PaHHMX IPUSHAKOB, d TAK)Ke HEYKIOHHBIM IIPO-
rpeccupoBaHyeM OOJIe3HN U IIPY OTCY TCTBUM CIIelpIIeCKOTO
7le4eHNs — 3HAYMTETbHBIM COKpAlleHMeM IPOJIO/KUTENbHO-
ctu ku3Hu. CBoeBpeMeHHas TeHeTMYecKas [AMarHOCTMKA U
ckpyHMHT Ha b® y manuentos ¢ kputepusamu I'KMII umeror
PAn TPYBHOCTEN M YCYTyO/AI0TCA Majoll MHPOPMIPOBAHHO-
CThIO Bpadell pasHBbIX CIIELVa/IbHOCTENl O JaHHOM 3abojeBa-
Hun. Pannsasa puarnoctuka b® npusener k Ha3HauYeHMIO TeHO-
TUI-CIIeUPUIECKO TepalnM C LeIbI0 CHIDKEHNUSI CKOPOCTH
HporpeccupoBaHus 3a60/eBaHMNA.

PackppiTiie mHTEpecoB. ABTODHI [IEKITAPUPYIOT OTCYT-
CTBYE SIBHBIX 1 TIOTEHIIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C ITyO/IMKalMell HaCTOsIIEN CTAThN.
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Cnncok cokpameHmi

B® - 6onesnp Pabpn

I'KMII - runeprpodudeckas KapAuOMUONATHS
[JDK - runeprpodus meBoro sxenypouxa

I'M - ronoBHoOIt MO3T

VIMMIJDX - nHfieKC Macchl MMOKapjia IeBOTO XKelyouKa
KB - xoHTpacTHOE BelecTBo

JIA - nerounas apTepus

JIK — neBblit >xemypodex

JITT - neBoe npexnceppue

MIKII - MexoKenyouKoBas eperopopKa

MPT - MarHuTHO-pe3oHaHCHasA ToMorpadus
TDK - mpaBblit xxenmyodex

CK® - ckopocTb KI1y604KOBOIT GUIbTpaLum
@B - ¢pakums BerOpoca

O3T - pepmeHTO3aMeECTUTENbHAS Tepans
9KT - anexTpokappyorpaMmma

9x0KT - sxokapauorpadus

Gb3 - rmo6orpuosuepaMus

Lyso-Gb3 - rmo60Tpnao3nacuHrosnH
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